Although the typical lesion of pemphigus is the vesicle, it is difficult, according to Bettmann, to apply a single term to the many forms of the disease, and he suggests that the name be used to designate pemphigus vulgaris and its most closely allied variations. This condition may be acute or chronic in its course, and is of an unknown etiology. Some claim that there is a certain connection with changes in the atrophic nerves. Hyde states that "Pemphigus is more frequently seen in males and mainly during infancy and childhood. It often occurs in debilitated individuals whose resistance has in one way or another been greatly impaired."
Since we are concerned with cases occurring primarily on the mucosa of the mouth and throat, no very extended atten tion will be given the discussion of the lesions usually found on the skin. On the oral mucosa and that of the upper respiratory tract, chronic forms pf pemphigus are, according to Trautmann, fairly often found, but the acute cases are quite unusual, and, according to Moritz Schmidt, exceedingly rare. All of the many forms of pemphigus, such as the vulgaris, circinatus, foliaceus, gangrenosus, hemorrhagicus, serpiginatus, etc., may appear on these mucosa.
Owing to the constant maceration and other unfavorable conditions, vesicles in the mouth or pharynx seldom reach the characteristic form seen on the skin. There soon occurs a par tial or complete elevation of the epithelium before a visible vesicle is formed. There is also a more extensive fibrin for mation on the mucosa; than on the skin, so that instead of a fluid exudation there is a fibrinous one. When the oral mucosa is affected by the pemphigus, circumscribed areas showing cloudy epithelium and whitish gray exudate appear, resembling somewhat diphtheritic membranes. This condition may persist for some time, or the exudate may separate in a few days, leaving sharply outlined red areas having a glazed, varnished appearance. As some of these lesions heal, others appear. In a word, pemphigus on the mucosa; shows not in tact vesicles, but ragged, gray white, macerated membranes, smooth, red or granulating erosions. There may be thicken ing of such structures as the epiglottis, true or false cords, or at times ulcerations, which later produce scars and distortions. Moritz Schmidt says that among the latter results are adhe sions between the soft palate and posterior pharyngeal wall. At times stenosis of the laryngeal orifice may ensue following contraction of the scar tissue.
The pemphigus lesions may be located anywhere in the mouth and upper respiratory tract without any special pre dilection. As a rule, however, thei process spreads from the mouth downwards into the pharynx, larynx, or even trachea and bronchi. If the pemphigus on the mucosa is extensive, very unpleasant, at times agonizing, symptoms arise, such as pains, difficulty in swallowing, salivation, fetor ex ore, etc. While practically all the various mucosa; of the body may be affected, it is the lesions in the mouth, pharynx, larynx and trachea that interest us most. The general symptoms vary greatly, but may show itching, disturbance of appetite, occa sional edema, profuse diarrhea, later cachexia, and death. The latter is sometimes due to some intercurrent disease.
As regards the skin, the vesicles of pemphigus vulgaris develop, according to Bettmann, rather rapidly upon a pre viously normal epidermis, are usually not preceded in their appearance by any changes such as hyperemia, urticarial swell ing, etc., and are devoid of an inflammatory zone. While there are often marked differences in the size of the lesions on the same patient, the form is usually very regular, namely, circu lar, and there is no tendency to confluence. The contents of the vesicles are usually clear at first, but if involution occurs the fluid becomes turbid, the bleb gets less tense, dries and pro duces crusts, the removal of which leaves for some time a red dened area and at times a brownish pigmentation. Healing results without scar formation, even if the vesicles are torn and not allowed to run the above course. At times the blebs have a bloody content, but decided hemorrhages (pemphigus hemor rhagica), or marked destruction of tissue (pemphigus ulcero sus, etc.) are rare.
The duration of the condition varies greatly from a few months in the acute forms to many years in the chronic. While no definite prognosis can be foretold in any one case, certain factors seem to influence the course of the disease. In the young the pemphigus is, as a rule, more favorable than in those of advanced age. Pemphigus foliaceus and pemphigus vegetans give an especially poor prognosis, resulting, as they usually do, in early death. Most authorities, such as Neumann, Neisser, Mickulicz and Kümmel, etc., agree that involvement of the oral mucosa (as well as the nasal) usually points to death within a few months. The primary or early appearance of pemphigus lesions in the mouth or throat is thus an indica tion of the malignant nature of the case.
The diagnosis of pemphigus of the mucosa is, according to Schech, difficult only when vesicles are not at the same time present on the skin. The rapid changes in the appearance of the lesions, the healing in one place with development of new areas in another spot, are, together with a history of pain in the mouth and throat, loss of weight and strength, quite char acteristic. Chiari says that while it is difficult to find the actual blebs (especially in the larynx), since they often burst within fifteen minutes after formation, still one can at times find a piece of the pellicle and thus make the proper diagnosis.
In the differential diagnosis lues, herpes, and a number of other conditions must be considered. Luetic ulcers of the upper respiratory tract are deeper and have more sharply out lined edges if of a gummatous nature. Mucous patches are smooth, white, thin, show spirochetes, and have, as a rule^ no red border. According to Trautmann, it is largely the history of the case, the absence of other syphilitic signs, the futility of antiluetic treatment, the presence of fever in the acute cases, the occurrence of vesicles on the skin, the superficial character of the lesions and the absence of infiltration which differentiate pemphigus on the mucosa from syphilis.
Moritz Schmidt claims that ulcerations due to the use of chromic acid in the pharynx greatly resemble pemphigus lesions. Differentiation from leukoplakia must be made. This con dition is chronic and does not change from day to day ; it con sists in an increase and hornification of the epithelium, not a loss of tissue or a false membrane formation.
Herpes of the mouth and aphthous stomatitis (considered by some identical) usually show smaller, round lesions, are usually very acute, often show a history of previous attacks, and do not, as a rule, seriously affect the general health.
Last, but not least, one must remember diphtheritic involve ment of the mouth or pharynx. This condition produces the grayish, adherent, characteristic membranes, shows the Klebs-Loeffler bacillus, runs a very acute course, and is usually at once favorably influenced by the antitoxin.
The treatment of pemphigus in general is very unsatisfac tory. Arsenic has been largely used, and recently salvarsan has been tried. For the lesions in the mouth and throat mild cleansing and disinfecting washes containing hydrogen peroxid, etc., are indicated. At times astringents or preparations such as silver nitrate, tincture of iodin, etc., may be applied.
Case 1.-For the notes as well as the permission to report this case I am deeply indebted to the kindness of Dr! George Rubin, whose patient shewas. Mrs. L. S., aged sixty-two years, housewife, Russian Jewish, entered Maimonides Hos pital, October 28, 1913. Family and previous personal his tory unimportant.
Present Condition.-The symptoms complained of began about eight weeks prior to her admission into the hospital, and two days after she had undergone some dental work. There first appeared a small, socalled "pimple" near the right angle of the mouth on the inner side of the lower lip. In a day or two there were several lesions in the mouth. These were fol lowed by a few blisters the size of a half pea on the abdomen near the groin, and later on the arms. The diagnosis of pem phigus was confirmed by Drs. Joseph Zeisler and Joseph S. Eisenstaedt. The time between the occurrence of the lesions in the mouth and other parts of the body was not definitely noticed by the patient. Similar blebs developed rapidly on the feet, especially on or near the toes. Some vesicles were as big as a half cherry, and some even larger; they would burst, form crusts and some would weep. The temperature at first ranged about normal, but later rose at times to 100° or 101°, but never reached 102°. The eruption continued in the mouth throughout the illness. Three weeks prior to death the larynx became involved, showing patches with exudate and producing aphonia. The latter condition lasted a few days, then the patches partially healed, and the voice became clearer and stronger. The eyes were also seriously involved towards the end. The blood, urine and other excreta were normal. Cul tures of the secretion from the blebs gave almost a pure cul ture of staphylococcus. Two salvarsan injections were given about the middle of the course of the disease, but without any "apparent influence. Death occurred within six months of the onset of the disease.
Case 2 was seen by the writer. Mrs. H., aged thirty-eight years, American, housewife, was referred by Dr. A. H. Fowler, October 19, 1911 . Before and during her last pregnancy, two and a half years previously, the patient had "nervous ex haustion" and a severe nephritis ; following labor there was a phlebitis. Eight weeks before seeing her she began to have pain in the throat, especially on the right side. Had a prickling sensation, particularly when eating ice cream. About the middle week of October blood was on several occasions expectorated.
Examination showed a rather frail, pale woman, with hemo globin of eighty per cent. The nose was negative except for a few small erosions in the anterior part of the septum. The gums seemed to be the seat of a marked pyorrhea alvedlaris. The nasopharynx was negative, but the oropharynx showed a number of patches with red zones covered by a white rather ragged exudate which could be fairly easily removed with cotton applicator, leaving an eroded area. No actual vesicles could be seen. Smears from the false membranes showed various diplococci and bacilli, but no spirilla. The salivary glands and many of the cervical lymph glands were enlarged.
The Wassermann test, made by Dr. F. G. Harris, was neg ative. Silver nitrate (five per cent), tincture of iodin and potassium chlorate mouth wash were at various times used. Owing to the pyorrhea, the patient was referred to a dentist and the gums treated. The latter as well as the pharynx showed marked changes in condition; on certain days there was apparently great improvement, with healing of many of the lesions, but a few days later numerous other ones would appear. Drs. W. A. Pusey and A. W. Stillians diagnosed pem phigus, even though no vesicles had as yet appeared on the skin.
Towards the end of November, 1911, white patches similar to those seen in the pharynx appeared on the epiglottis, false cords and posterior laryngeal wall. The true cords were injected and hoarseness was present. January, 1912, the intestinal mucosa apparently became involved, as evidenced by pain, distress, diarrhea, etc. Then vesicles appeared on the skin, the patient became much emaciated and died, February, 1912, six months after the onset of the disease.
SUMMARY.
Both of the cases cited began in the mouth, the writer's case showing more intense and more diffuse lesions extending from the lips into the trachea, and probably into the gastrointestinal tract. In this case there was a distinct history of nervous exhaustion, nephritis and phlebitis following pregnancy two and a half years previously. Both cases died within about six months after the first lesion appeared in the mouth.
CONCLUSIONS.
1. Acute pemphigus is of rather unusual occurrence. 2. The early appearance of lesions in the mouth and throat gives an exceedingly poor prognosis.
3. Treatment is of little avail in either acute or chronic cases, the former usually dying within a comparatively few months.
4. In the differential diagnosis quite a number of commonly seen diseases must be considered.
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